[Lysosomal hydrolase activity of the plasma and leukocytes of homo- and heterozygotes with various types of I-cell disease].
One patient with I-cell disease and three patients with pseudo Hurler polydystrophy as well as their relatives were examined. Activity of acid hydrolases was distinctly elevated in blood plasma of all the patients studied, while in leukocyte extracts it was within the normal limits. The ratio of hexosaminidase A was distinctly decreased in blood plasma of the patient with I-cell disease and of her mother. "Low activity" variant of blood plasma alpha-fucosidase was detected in one patient with pseudo Hurler polydystrophy and in his father. The ratio of bound sialic acids in supernatant and in individual leukocyte fractions was about I in all the patients examined as compared with 0.3-0.5 value in healthy persons. The data obtained suggest an excessive storage of soluble sialyl-containing derivatives in leukocytes of the patients with different variants of I-cell disease.